Inherited benign intraepithelial dyskeratosis (IBID) is a rare genodermatosis, affecting both the oral and conjunctival mucosa. We report a new case of a 10-year-old girl with clinico-histological manifestations of IBID and melkersson rosenthal syndrome. IBID manifests itself by whitish, painless, spongy papules or plaques of varying sizes sitting mainly at the side edges of the tongue. The Melkerson Rosenthal syndrome is a rare disease, to be evoked in the framework of pathologies of the big lips. The association of these two pathologies is unusual.
INTRODUCTION
Inherited benign intraepithelial dyskeratosis (IBID) is a rare genodermatosis. It is an autosomal dominant disorder affecting both the oral and conjunctival mucosa. IBID is characterized by elevated epithelial plaques on the ocular and oral mucous membranes. It has been reported primarily, but not exclusively, in individuals of American Indian heritage in North Carolina. The melkersson rosenthal syndrome (MRS) is a rare disease, to be evoked in the framework of pathologies of the big lips [1] . This sign is sometimes found in isolation. We report a new case combining both clinical and histological features of IBID and MRS
CASE REPORT
a 10-year-old girl with first-degree inbreeding with no history of tuberculosis, sarcoidosis or chronic inflammatory bowel disease. It presented from the first days after its birth, a tearing, a photophobia as well as an ocular redness. At the age of 3, her parents noticed the appearance of whitish patches at the two lateral edges of the tongue, followed later at age 7 by increasing the size of the lower lip as well the tongue. Clinical examination found macrocheilitis (Fig. 1a) of the lower lip evolving by thrust and incomplete remission, and macroglossia (Fig. 1b) surmounted at the lateral edges by multiple whitish, linear, spongy, painless and undulating plaques (Fig. 1b) . The ophthalmologic examination noted superficial corneal neovascularization (Fig. 1c) , as well as two small bilateral whitish opacities (Fig. 1d) . In view of this clinical manifestations, an IBID was strongly suspected. Two biopsies at the tongue and lower lip were performed, showing signs for IBID and epithelioid and gigantocellular granulomas with no fibrinoid necrosis or caseins leading to MRS. An exhaustive assessment of tuberculosis and sarcoidosis was without anomalies.
DISCUSSION
IBID is a hereditary condition, the symptoms of which appear in early childhood and predominantly affecting descendents of Haliwa-Saponi Native Americans [2] . They appear as whitish, painless, spongy papules or plaques of varying sizes, reaching any part of the oral cavity. Ocular lesions are typically bilateral, associated with tearing, photophobia, and corneal neovascularization as well as corneal opacities. The affection of the oral and conjunctival mucosa shows the same clinical aspect: Dyskeratosis, parakeratosis and acanthosis of the stratified squamous epithelium. Cells appearing to be engulfed by normal cells, "cellwhithing-cell" pattern can also be seen [3] . The genetic study makes it easy to retain the diagnosis (duplication 4q35), but is not essential [4] . Several medical and surgical treatments have been proposed, but none has proved quite effective [2] . MRS is a rare disorder consisting of a triad of persistent or recurrent orofacial edema, relapsing facial paralysis and fissured tongue. It is rarely possible to observe all aspects of the classical triad at the same time, since these symptoms may appear in different times of life cycle [5] . In our case, we retained the diagnosis of MRS because of the association of macrocheilitis and granulomatous macroglossia. The question of a link between the MRS and the IBID is mentioned in our patient.
CONCLUSION
According to our knowledge, we report the first case of association of IBID and MRS. Is it a rare association, or an entity in its own right?
